Proximal Tubulopathy of Monotypic Immunoglobulin Light Chain Restriction  by Wang, Yan et al.
Other Specific Nephropathies S71Methods: 90 healthy male SD rats were randomly divided into three
groups: control group, model group, 1,25(OH)2D3 group. Model group and
1,25(OH)2D3 group were intravenously injected anti-Thy1 monoclonal anti-
body once via tail vein, the control group with normal saline. 1,25(OH)2D3
group was given 1,25(OH)2D3 0.5 mg/day orally for 21 consecutive days, the
other groups were given an equal volume of peanut oil. Six rats randomly
selected from each group were killed on days 1, 3, 7, 14 and 21 after inter-
vention. The samples of 24-hour urine were collected on the day before
rats were killed to detect 24-hour urinary protein excretion. The renal tis-
sue samples were separately stained with hematoxylin and eosin and PAS
to determine the renal pathological variation, and detect the expression
of mTOR and Ki67 by immunohistochemistry.
Results: Model group and 1,25(OH)2D3 group rats after day 1 that produce a
large amount of urine protein, model group after day 3 reached a peak;
1,25(OH)2D3 group rats at 1, 3 and 7 days of urine protein levels were signif-
icantly lower than model group (P < 0.05). Compared with model group, the
pathological damage of 1,25(OH)2D3 group was alleviated in 3 and 7 days in
renal tissue (P < 0.05). The expression of Ki67 and mTOR in 1,25(OH)2D3
group was reduced (P < 0.05).
Conclusion: These data suggest that 1,25(OH)2D3 can inhibit the prolif-
eration of glomerular mesangial cells in Thy-1 nephritis rat. Its thera-
peutic mechanism may be associated with reduced expression of Ki67
and mTOR.http://dx.doi.org/10.1016/j.hkjn.2015.09.0400324
Type III Crescents Glomerulonephritis Associated with Infective
Endocarditis in Which Renal Function was Recovered by Heart Valve
Replacement
Yanhui Zhang, Caili Wang
The First Affiliated Hosptial, Baotou, Inner Mongolia, China
Objective: To study the relationship of infective endocarditis with crescents
glomerulonephritis
Case Summary: A 40-year-old woman was admitted to our hospital
because of edema, fatigue, and not being able to lie down at night for a
month in October 2007. Laboratory values included serum creatinine
678 mmol/l, urinalysis showed 3+ proteinuria and 3+ hematuria (deforma-
tion of red blood cells in urine), urine protein quantitative 3.1 g/24 hours.
Antinuclear antibody and anti-DNA antibody titers were within the normal
ranges. Anti-glomerular basement membrane antibody was negative and
antineutrophil cytoplasmic antibodies showed p-ANCA 1:3.2, MPO + .
Echocardiography showed dense vegetation at the mitral valve. Double
kidney size was normal. In the renal biopsy specimen: by immunofluores-
cence, negative deposit. Light microscopy of the renal biopsy: capillary
loops of glomeruli were damaged seriously, fibrocellular crescents were
seen in 6 and cellular crescents in 8 of 25 glomeruli, small fibrocellular
crescents were seen in 1 and small cellular crescents in 2 of 25 glomeruli.
She was diagnosed with Type III crescents glomerulonephritis and infective
endocarditis. The patient refused cardiac surgery for economic reasons.
She was treated with large dose of glucocorticoid and cyclophosphamide.
5 years after admission, clinical data were serum creatinine level
200 mmol/l; urea nitrogen and urinary protein and blood were each 2+.
Follow-up period occurred in patient with heart failure recurrent. Surgery
for replacement of mitral valve and pulmonary valve were performed.
Three months after discharge and being followed-up at our hospital, her
serum creatinine fell to normal. Following-up for 2 years, serum creatinine
and heart function were stable.
Conclusion: Patients with infective endocarditis will develop rapidly pro-
gressive GN.http://dx.doi.org/10.1016/j.hkjn.2015.09.0410345
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Objective: To investigate the efficacy and safety of multi-targets therapy in
the treatment of hepatitis B virus-associated glomerulonephritis (HBV-GN).
Methods: ThirteenHBV-GNpatientswho showedpoor curative effects and had
severe proteinuria after treatment with entecavir and liver protective drugs
were randomly divided into two groups:multi-target group (nZ 7) and control
group (nZ 6). The patients in themulti-target groupwere treatedwith a com-
bination of prednisone (10mg, q.d),mycophenolatemofetil (MMF, 0.5 g, b.i.d)
and tacrolimus (1 mg, b.i.d), while the patients in the control group were
treated with prednisone (0.8 mg/kg/d) and cyclophosphamide (0.4 g, ivp,
q.d  2 days/month). Clinical efficacy, urine and blood biochemical indexes
in each patient were evaluated after 3-month treatment.
Results: After 3-month treatment, the effective rates were 85.71% (6/7) in
the multi-target group and 83.33% (5/6) in the control group. There was no
significant difference between the two groups. As to complications, two
cases of pulmonary infection, one case of urinary tract infection, one case
of liver dysfunction and one case of aleucocytosis were occurred in the con-
trol group, while there was only one case of herpes zoster in the multi-target
group. The multi-target group had significantly fewer complications
compared to the control group.
Conclusion: Low dosage of prednisone combined with MMF and tacrolimus
has good curative effect and more security in treatment of HBV-GN.http://dx.doi.org/10.1016/j.hkjn.2015.09.0420366
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Light chain proximal tubulopathy is a rarely reported entity associated with
plasma cell dyscrasia, that classically manifests as proximal tubular dysfunc-
tion, even present with acquired Fanconi syndrome, and is characterized by
thepresenceofmainly k-restricted crystals in the proximal tubular cytoplasm.
We herein present 4 cases of proximal tubulopathy that due to the
immunoglobulin light chain. In all of the 4 cases, the prominent phagolyso-
somes and numerous irregularly shaped inclusions in the cytoplasm of the
proximal tubules were identified on electron microscopy. 2 cases prestented
multiple myeloma, nephrotic syndrome, Fanconi syndrome and elevated
serum creatinine, on immunofluorescence and immune electron microscopy
examination, monotypic light chain of the l type was detected in the distal
tubular casts, proximal tubular cytoplasmic lysosomes and crystal inclusions
(Figure A-B). In the other 2 cases, only presented with mild to moderate
proteinuria (0.61e2.592 g/24 hours), the renal funciton is normal, and the
multiple myeloma and Faconi syndrome cannot be diagnosed. Monotypic light
chain of the k type was detected in proximal tubular cytoplasmic lysosomes
S72 Other Specific Nephropathiesand crytal inclusions on immunofluorescence and immune electron micro-
scopy. These cases highlight the importance of conducting careful ultrastruc-
tural investigations and immunocytologic examinations of light chains for
detecting and diagnosing light chain proximal tubulopathy, and indicated that
the different tubular cell toxicity of light chain subtype.http://dx.doi.org/10.1016/j.hkjn.2015.09.0430370
Urinary B2-microglobulin Can Predict Effect of Corticosteroid Treatment
in Patients with Primary Glomerulonephritis
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Objective: Corticosteroid is a basic treatment in primary glomerulonephritis
(PGN) patientswhenmassive proteinuria occurs, however, a significant propor-
tion of patients have poor response to steroid therapy, which often leads to
inferior outcomes.Theaimof this studywas to investigate theclinical andpath-
ological characteristics of these patients and test the predict effect of urinary
biomarkers including b2-microglobulin (ub2-MG) to steroid therapy.
Methods: Biopsy-proven PGN patients were recruited. They were divided
into steroid resistant group and steroid sensitive group based on their
response to steroid treatment for at least 8 weeks. We recorded demo-
graphic and clinical data of all the patients at the time of renal biopsy
and during follow-up. The data included age, gender, serum creatinine
(Scr), albumin, urine protein and ub2-MG et al.
Results: A total of 387 patients were enrolled in this study. The inclusion
criteria includes primary glomerulonephritis; urine protein> 2 g/d, serum al-
bumin< 30 g/L; renal biopsy comformed to be PGN; treated by corticosteroids
alone or combined with immunosupressors. The exclusion criteria were sec-
ondary glomerulonephritis; pregnancy, etc. Of all cases, 125 were steroid
resistant and 262 were steroid sensitive. Patients in steroid resistant group
had higher baseline serum creatinine level [Ln(Scr), 4.61 0.63 vs.
4.47 0.53, PZ 0.03] over steroid sensitive group. There were no significant
differences in age, gender, proteinuria, albumin and blood pressure between
the two groups. Baseline ub2-MG (548.9 vs. 230 mg/dl, PZ 0.001) was signif-
icantly increased in steroid resistant group versus steroid sensitive group. Lo-
gistic regression analysis found higher Ln(ub2-MG) [OR Z 2.02, 1.08e3.81,
PZ 0.03] was independent associatedwith steroid resistance. The area under
the ROC curves was estimated to be 0.61(0.55e0.68) for Ln(b2-MG).
Conclusion: Urinary b2-MG is a reliable predictor of the effect of corticoste-
roids treatment in patients with primary glomerulonephritis.
This work was supported by the National Basic Research Program of China
973 Program No. 2012CB517600 (No. 2012CB517604).http://dx.doi.org/10.1016/j.hkjn.2015.09.0440374
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Objective: To assess the prevalence and clinical value of serum antoanti-
bodies against the M-type phospholipase A2 receptor (anti-PLA2R) in Chinese
membranous nephropathy (MN) patients.
Methods: In this prospective study, 195 patients with MN and 70 patients
with other glomerular diseases were enrolled. Anti-PLA2R antibodies in
serum were assessed by direct immunofluorescence assay (IFA) and quanti-
fied PLA2R antibodies by ELISA.
Results: Anti-PLA2R was only found in MN patients. PLA2R-related MN rate in
MN was 87.23%, the positive rate of the serum anti-PLA2R and glomeruli
PLA2R were 69.50% and 83.21%, respectively. PLA2R-unrelated MN patientshad more coexisting diseases compared with PLA2R-related MN patients
(61.1 vs. 21.1%, p Z 0.01). In 54 MN patients who have received treatment
the positive rate for anti-PLA2R was 8.33%, 31.58% and 69.57% in complete
remission (CR), partial remission (PR), and disease active patients, respec-
tively (p Z 0.001). More anti-PLA2R positive patients at start of the study
developed nephrotic-range proteinuria (80.9%) compared to anti-PLA2R
negative PLA-related MN (50%; p Z 0.003), but there was no difference in
remission rateduring follow-up (p Z 0.056). Only 1.42% patients reached
to increase of serum creatinine by >25% and eGFR < 60 ml/min/1.73 m2,
PLA2R antigen and anti-PLA2R level were not the risk factor of no remission.
Conclusion: We confirm that anti-PLA2R is specifically detected in the serum
of MN patients but its use in the differential diagnosis of IMN is controversial.
Detection of PLA2R in kidney biopsies or anti-PLA2R in the circulation can
discriminate between IMN and lupus, but not all secondary causes of MN.
We found that the presence of anti-PLA2R by IFA and anti-PLA2R level by
ELISA at time of renal biopsy cannot be used as a predictive index for pro-
teinuria outcome, whether it will play the predictive function in long-term
follow-up need more cases and longer observation.http://dx.doi.org/10.1016/j.hkjn.2015.09.0450379
New Actin Nucleator Cordon-bleu Regulates Primary Ciliary Length in
ADPKD Cell Line
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Objective: To explore the effect of cordon-bleu (Cobl) dysfunction on the
structure of primary cilia in an autosomal dominant polycystic kidney dis-
ease (ADPKD) cell line.
Methods: We detected the expression of Cobl in ADPKD cell line (WT9-12)
and normal renal tubular epithelial cell line (RCTEC) using Western blot.
Then, we used confocal laser scanning microscope or transmission electron
microscope to observe the level or structure of F-actin and primary cilia.
Results: We found that Cobl protein shows enriched in WT9-12 compared
with RCTEC. Meanwhile, disorganization of actin cytoskeleton is a feature
of WT9-12, in which the primary cilia is shorter than in RCTEC. We further
demonstrated that reducion of Cobl in WT9-12 by cobl-siRNA coincides
with an increment in the amount of F-actin, and the length of primary cilia
became longer.
Conclusion: Cobl as an actin nucleator plays an important role in the mor-
phogensis of primary cilia.http://dx.doi.org/10.1016/j.hkjn.2015.09.046
